most cases are mutations.
We know of two reports of children with chromosome 18 deletions and growth hormone deficiency,2 but most authors do not measure growth hormone concentrations. There are reports of primary hypoparathyroidism and primary hypothyroidism, but none of gonadotrophin deficiency though some boys have small penises and testicles.
A causal association between growth hormone deficiency and 18 chromosome deletion is difficult to justify, as the gene for growth hormone production seems to lie on chromosome 17. Our patient was resuscitated in the neonatal period and perinatal asphyxia causing hypothalamic damage cannot be ruled out as the cause. His brain scan was normal so that there was no gross anatomical cerebral abnormality, but the pituitary sella was abnormally small. (table) . Although characeristic also ofglaucoma, the clouding of the comeas in these cases was attributable primarily to MPS storage. The diagnosis of glaucoma was supported by the demonstration of increased corneal diameters, cup/disk ratios greater than 0 3, and the presence of increased intraorbital pressures (table). In one case the patient improved with medical treatment alone; in the other two goniotomies were performed. The most common cause of infantile glaucoma is interference with aqueous outflow caused by arrest of the development of the trabecular meshwork of the anterior chamber angle. In MPS storage diseases, the trabecular meshwork becomes engorged and distorted by accumulating MPS, which also causes thickening of the extracellular matrix in sclera and corneas, resulting in further constriction of the anterior chambers.3 4Distortion of the meshwork in the corneoscleral junction and adjacent to the canal of Schlemm interferes with the flow of aqueous humour through the endothelial lining. The presence of incompletely degraded MPS in the outflow apparatus is also thought to inhibit hyaluronidase and other degradative enzymes involved in the maintenance of normal aqueous outflow. 6 Glaucoma may be a more common early complication of Hurler's disease than has been previously appreciated. The recognition of the complication is undoubtedly obscured by the fact that one of the principal clinical features of glaucoma in infants-corneal clouding-is also a prominent finding in Hurler's disease. Corneal opacification in infantile glaucoma is due to aqueous entering corneal stroma via microscopic breaks in Descemet's membrane resulting from increased intraocular pressure. The separations are permanent and appear as wavy parallel lines-usually curvilinear and horizontal, on the inner side of the cornea. In Hurler's syndrome the avascular noninflammatory corneal clouding is a result of lysosomal engorgement with MPS material. Here, fine grey punctate opacities are first seen in the anterior stroma, then in the posterior stroma and endothelium. Clinically, however, these two types of corneal clouding are undistinguishable. Early recognition and treatment of the glaucoma would not be expected to contribute appreciably to the longevity of children with Hurler's disease; however, it clearly enhances the quality of life of affected patients. Physicians attending patients with MPS disorders should be alert to the possibility of the problem occurring, and obtain appropriate ophthalmological consultation should ocular complaints possibly attributable to glaucoma develop.
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